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CASE REPORT
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A 65 year old patient with polycystic liver disease presented with obstructive jaundice thought to be a
cholangiocarcinoma. Subsequent investigations demonstrated a large cyst compressing the confluence of
the hepatic ducts. Percutaneous decompression of the biliary tree led to a complication necessitating
surgery. Treatment options for symptomatic polycystic liver disease are reviewed.
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INTRODUCTION
Polycystic liver disease is usually asymptomatic. We
report a rare case of obstructive jaundice caused by
compression of the common hepatic duct by a large
infected liver cyst. Specific diagnostic and manage-
ment problems of this case are presented and the treat-
ment of polycystic liver disease discussed.
CASE REPORT
A 65 year old male with chronic renal failure due to
adult polycystic kidney disease was admitted to his
dialysis unit with rapidly progressingjaundice follow-
ing two months history ofabdominal discomfort, nau-
sea and weight loss. Liver function tests showed a
picture of obstructive jaundice with bilirubin of 190
tamo l/L, alkaline phosphatase 1049 u/L and SGPT 41
u/L. Hepatitis serology was negative.
An US scan was non-conclusive apart from show-
ing the distorted anatomy of large polycystic kidneys
and liver. Percutaneous transhepatic cholangiogram
revealed a narrowing at the confluence of hepatic
ducts thought to be a cholangiocarcinoma (Fig. 1). A
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pig-tail catheter drain was placed in the biliary tree
and the patient was referred to our unit for further
assessment. CT scan demonstrated a number of cysts
in the liver with a significant amount of normal re-
sidual parenchyma. There was one large thickwalled
cyst extending from segment IV compressing the
confluence of the hepatic ducts and gall bladder
(Fig. 2).
Pus was drained from the cyst with a pig-tail catheter
and subsequently liver function parameters gradually
improved. After two weeks of continuous drainage the
jaundice relapsed accompanied by a drop in haemo-
globinfrom 9.6 to 5.4 g/dl over 24 hours. Cholangiogram
through the percutaneous catheter revealed extensive
haemobilia. Close to the catheter a structure was seen
which filled with contrast and then appeared to wash out
suggesting a communication with blood vessel. Hepatic
angiogram showed a false aneurysm of the left
hepatic artery (LHA), immediately adjacent to the cath-
eter placed in the hepatic duct (Fig. 3). TheLHA damage
was assumed to have been cause either during introduc-
tion of the catheter through the liver tissue or by subse-
quent erosion ofthe wall ofthe duct and artery. Selective
catheterisation for embolisation of the LHA was not
achieved because adequate access via the left gastric
artery could not be obtained. Laparotomy was under-
taken to control the bleeding and to decompress the
biliary tree. The large cyst from segment IV was fenes-
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Figure Percutaneous cholangiogram showing narrowing at the confluence of the hepatic ducts.
Figure 2 Gall bladder (arrow) compressed from the left by a large cyst extending from segment IV.
trated and the common hepatic duct opened to remove
the debris. Because of the inflammatory changes in the
porta hepatis and possibility of late stricture formation
formal biliary reconstruction using Roux-en-Y hepati-
cojejunostomy was performed. TheLHA was embolised
with collagen and ligated. Post-operatively the patient
made a steady recovery with no further bleeding and the
jaundice gradually resolving. He remains well with nor-
mal liver function 18 months later.
DISCUSSION
Polycystic liver disease (PLD)is a rare disorder ofliver
parenchyma characterised by the presence ofmultipleTREATMENT OF POLYCYSTIC LIVER DISEASE 119
Figure 3 False aneurysm of the left hepatic artery. Percutaneous drainage catheter immediately adjacent to the aneurysm.
cystic lesion. It usually accompanies adult polycystic
kidney disease, an autosomal dominant abnormality.
Uncommon in general population with an autopsy
prevalence of 0.13%, the incidence of PLD among
patients with chronic renal failure due to polycystic
kidneys exceeds 50%
The commonest symptoms in patients withPLD are
related to increase in liver size and include abdominal
discomfort and respiratory compromise. Liver dys-
function is generally rare. The liver parenchyma is
usually well preserved even in cases with massive cysts
and this is reflected by normal liver function tests
found in majority of PLD patients3. However it has
been shown that in patients with chronic renal failure
due to PKD and coexisting liver involvement hepatic
complications account for a significant morbidity and
mortality4. As the liver cysts progress slower than the
renal disease such complications are more likely to
affect patients benefiting from long-term dialysis or
kidney transplantation. Cyst infection and malignant
transformation within a cyst have been reported4.
Jaundice is an unusual feature of PLD and to our
knowledge obstructivejaundice due to compression of
the extrahepatic biliary tree by a liver cyst has not been
previously documented.
The treatment options of symptomatic PLD are
largely percutaneous drainage or open surgical repair.
Percutaneous aspiration and drainage carry high re-
currence rate though sclerotherapy using 95% ethanol
may produce prolonged symptomatic improvement in
selected patients with a single or small number ofcysts.
As seen in our case percutaneous techniques are not
free from risk. Vascular injuries are recognised conse-
quence ofpercutaneous biliary drainage but are rarely
symptomatic.
Surgical treatment remains controversial and its
long-term benefit has not yet been proven. To date
cyst fenestration remains the most favoured option.
Recent reports suggest fenestration combined with
segmental liver resection in patients with clearly
defined cyst complexes5. In those rare cases in which
symptoms led to end-stage disability liver transplanta-
tion has been advocated. So far however the experi-
ence remains limited6.
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